Aplastic Crisis as Primary Manifestation of Systemic Lupus Erythematosus by Baumann, Philipp et al.
Case Report · Kasuistik














Aplastic Crisis as Primary Manifestation  
of Systemic Lupus Erythematosus
Philipp Baumanna Andreas Völkla Michael Bäuerleb Ralf Schmidmaiera Fuat S. Oduncua
aAbteilung für Hämatologie und Onkologie, Medizinische Klinik
bAbteilung für Rheumatologie, Medizinische Poliklinik, Campus Innenstadt der LMU München
Schlüsselwörter
Systemischer Lupus Erythematosus · Aplasie ·  
Knochenmark
Zusammenfassung
Eine aplastische Krise stellt eine seltene Komplikation des 
Systemischen Lupus Erythematosus (SLE) dar. Wir be-
schreiben den Fall einer 54-jährigen Frau, welche sich mit 
extravaskulärer, Coombs-positiver, hämolytischer, hypo-
regeneratorischer Anämie und begleitender schwerer Neu-
tropenie vorgestellt hat. Eine aplastische Krise wurde zyto-
morphologisch bestätigt. Die weitere Diagnostik ergab hohe 
Titer für anti-nukleäre Antikörper. Bei Nachweisbarkeit von 
Autoantikörpern gegen Doppelstrang-DNS, Cardiolipin und 
β2-Glykoprotein bestand der Verdacht auf eine Binde-
gewebserkrankung. Die ACR Kriterien für SLE waren erfüllt. 
Die Einleitung der Kortikosteroidtherapie führte zu einer 
raschen Rekonstitution der Hämatopoese und klinischen 
Remission. Zusammenfassend beschreiben wir eine Patien-
tin mit SLE-induzierter aplastischer Krise, bei welcher mit 
alleiniger Steroidtherapie eine komplette Remission erzielt 
werden konnte. Ärzte sollten bei Patienten mit aplastischer 
Krise auch an seltene Ursachen wie SLE denken.
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Summary
Aplastic crisis is an unusual feature of systemic lupus ery-
thematosus (SLE). We report the case of a 54-year-old 
woman presenting with both (extravascular) Coombs-posi-
tive hemolytic anemia and laboratory findings of bone mar-
row hyporegeneration with concomitant severe neutrope-
nia. A bone marrow biopsy confirmed aplastic crisis. Diag-
nostic work-up revealed soaring titers of autoantibodies 
(anti-nuclear, anti-double-stranded DNA, anti-cardiolipin-
IgM, and anti-b2-glykoprotein-IgM antibodies), indicating a 
connective tissue disease as the most plausible reason for 
bone marrow insufficiency. As the criteria for SLE were ful-
filled, we initiated an immunosuppressive therapy by ster-
oids, which led to a rapid complete hematologic and clinical 
remission in our patient. In this case, we could report on 
one of the rare cases of SLE-induced aplastic crisis showing 
that this condition can be entirely reversed by immunosup-
pressive treatment and that SLE-induced aplastic crisis 
yields a good prognosis. In conclusion, in a case of aplastic 
crisis, physicians should be aware that SLE can be a rare 




todes (SLE). Aplastic crisis, however, is rare. In this case







persisted for3weeks.Furthermore, shecomplainedof lossofappetite,
lassitude, night sweats, and very subtle and fluctuating joint pain. The
patientrememberedpolytopearthralgiaswithoutswellingattheelbows,









































Furthermore, histology and cytomorphology showed hypocellular
bonemarrowwithseverehypoplasiaofgranulopoiesisanderythropoie-




irradiation and negative for medication or toxic substances that are




Epstein-Barr virus (EBV), cytomegalovirus (CMV), viral hepatitis and
parvoB19viruswerenegative.
Initial clinical examination revealed cervical, axillary and inguinal
lymphadenopathy,whichwasprovedbya computed tomography (CT)
scan. Additionally, little bilateral pleural effusions were detected. An
extirpation andhistological analysis of an axillary lymphnode showed
only reactivechanges,withoutbeing suspiciousof specific infectionsor
malignantdiseases.
Serologicalwork-upforautoantibodieswasperformed.Titersforanti-
nuclear antibodies were dramatically elevated (1:30,720), anti-double-
stranded DNA monoclonal antibodies were slightly positive (10 U/l,
normalrange<9U/l).Anti-cardiolipin-IgMantibodiesandanti-b2-glyko-
protein-IgM antibodies were notably elevated. Antibodies against sm,




findings: serositis (pleural effusions), hematologic findings (hemolysis,




with 100mgprednisoloneperday from the first dayof admission.On
day 7 after admission, the patient developed reticulocytosis (100/1000
erythrocytes) and the peripheral blood completely normalized within





suppressive therapy with azathioprine was initiated.With the time of





















reported so far. Several authors described a cryptic serum
inhibitor, forexample in theacutephaseofaplasticanemia,
that inhibits colony-forming units in vitro through comple-








mia is good,with no documented recurrence or transfusion
dependence.
Cornerstonesof supportive care inpatientswithSLE-in-
duced aplastic anemia are red cell andplatelet transfusions
andantibiotics.ConsideringtherapyofSLE-inducedaplastic
anemia,somepatientsrespondtooralsteroidsalone[5,18],
while others need parenteral steroid or plasmapheresis or
even further immunosuppression using cyclophosphamide
[16]. Other treatment options include cycloporine A [20].




a common complication of SLE, may be caused by auto-
immune thrombocytopenia (ITP) or immunosuppressive
therapy. ITP may be the initial presentation of disease in
about15%ofallpatientswithSLE[8].Inourpatient,throm-
bocytopeniawasabsent.Leukopeniaisalsoverycommonin
patients with SLE. It is mostly due to immunosuppressive
drugs or mediated by autoantibodies directed against neu-
trophilsand/orlymphocytes.
Aplasticanemia isa severedisorderof thebonemarrow
with an incidence of 4/1,000,000 per year. The disease is
idiopathic in 80%of all cases.Drugsmight be responsible;
othercausescouldbeviral infections(EBV,CMV,hepatitis
andparvoB19virus),chemicalsandafewothers.Therespon-
siveness of aplastic anemia to immunosuppressive agents is
thebest evidence for theunderlying immunemechanismof




bodies against various proteins like kinectin, moesin and
diazepam-binding inhibitor-related protein have been de-
scribedandtheiratleastsubsidiaryroleinthepathophysiol-
ogyofaplasticanemiahasbeensuggested[11–15].
In SLE, aplastic anemia is a rare finding and only a few
caseshavebeenreportedintheliterature[16].Likeidiopathic
aplastic anemia, SLE-induced aplastic anemia seems to be
immune mediated. Both cellular-mediated and antibody-
mediated inhibitionofhematopoietic cell growthhavebeen
 7 AlgerM, Alarcon-Segovia D, Rivero SJ: Hemo-
lyticanemiaand thrombocytopenicpurpura:Two
related subsets of systemic lupus erythematosus.
JRheumatol1977;4:351–357.
 8 Mestanza-PeraltaM,Ariza-ArizaR,CardielMH,
Alcocer-Varela J: Thrombocytopenic purpura as
initialmanifestationofsystemiclupuserythemato-
sus.JRheumatol1997;24:867–870.
 9 Young NS: Pathophysiologic mechanisms in ac-
quiredaplasticanemia.HematolAmSocHematol
EducProgram2006:72–77.





frequently detected in patients with aplastic
anemia.Blood2003;102:4567–4575.
12 Hirano N, Butler MO, Guinan EC, Nadler LM,
KojimaS:Presenceofanti-kinectinandanti-PMS1





TNF-alpha through an ERK1/2-dependent path-
way.IntImmunol2009;21:913–923.
14 TakamatsuH,EspinozaJL,LuX,QiZ,OkawaK,
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patientswithaplasticanemia stimulateperipheral
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